I saw a little girl last week with the same defect. She belonged to another family, was born of normal parents, and had three normal sibs.
Gaucher's Disease Verified by Splenic Puncture.-LEONARD FINDLAY, M.D. R. A. T. E., male, aged 13i months. Mother had morbus coxce (1915) (1916) (1917) .
Maternal uncle and aunt have suffered from phthisis pulmonalis-uncle was recently discharged from Victoria Park Hospital.
Patient was healthy at birth, was breast fed and developed normally until the age of 111 months when it was noticed that the back was abnormally stiff; the child ceased to be able to stoop or to stand, lost flesh and perspired profusely at night. For three weeks previous to coming under observation there had been much vomiting.
On admission to hospital the child was acutely ill; there was marked nuchal rigidity and head retraction, rigidity of spine with kyphotic curve-movement of vertebral column caused much pain. Abdomen full; spleen much enlarged, extending to middle line on level with umbilicus and reaching into pelvis; liver edge three fingers' breadth below costal margin. Blood-count-Hb. 70%; R.B.C.s 5,670,000; W.B.C.s 10,000 (one week later 3,700). Differential count: Polys. 52%; lymphos. 41%; eosinos. 6%; myelos. 1%. Mantoux, negative (0 1 and 0'2 mg. O.T.). Wassermann reaction negative.
Skiagram of spine shows some fuzziness of vertebrae in mid-dorsal region. Splenic puncture: Small pieces of splenic tissue recovered which show typical foamy Gaucher cells with an alveolar arrangement.
The child was sent to the country to await this meeting, but she died two nights ago.
Di8cus8ion.-Dr. A. G. OGILVIE (Newcastle) said that in 1926 a child, aged 8 or 9 years, with Gaucher's disease, was operated upon at the East London Hospital for Children, and some months after the operation there was intense pain in the shin bones, so that sedatives had to be given.
Professor FINDLAY said that some time ago in the Shadwell Children's Hospital a child had had the spleen removed. Later he was re-admitted with an acute condition, which was thought to be osteomyelitis, but Mr. Acton Davis, who saw the case, said it was not osteomyelitis. The mischief subsided comparatively soon and the question had been raised if it was, perhaps, a manifestation of Gaucher's disease, but it was difficult to understand the disappearance if that were the case. No operation was performed and the child was still quite well.
Dr. E. A. COCKAYNE said he hoped that Dr. Findlay would have a biochemical test carried out to make sure that the condition was Gaucher's disease and not Neumann-Pick's disease. The cells in those conditions were similar, but the differentiation was by the chemical tests. Other organs, such as the thyroid and the lungs, should be looked into for abnormal cells. Also, it was of interest to know whether the parents were blood relations, as cases of Gaucher's disease were as good examples of a Mendelian recessive as his own case was of a Mendelian dominant.
Professor FINDLAY, in reply to Dr. Cockayne, said that the difference between Gaucher's and Pick's disease consisted in the type of lipoid present in the cells. A younger child was said to have a greater liability to one type of lipoid, and an older child to the other type. In none of the cases of Gaucher's disease he had seen were the parents relations, but he had seen two cases in one familv.
? Coarctation of Aorta.-LEONARD FINDLAY, M.D. E. C., male, aged 5 years and 5 months. Family history negative. Except that the head was bruised, owing to instrumental delivery, the child seemed a normal infant and his development was uneventful. He has always been considered a nervous child and suffered from diurnal and nocturnal enuresis till the age of 4 years and 5 months. For some considerable time the mother knew that " there was a murmur at the heart," and the boy has been seen by several doctors on account of this. He is active, plays like other boys and never presents dyspncea. He is a big, wellnourished and good-coloured boy. Height 46 in. and weight 56 lb., the average for his age being 42 in. and 43 lb.
Heart dullness increased to right; loud ventricular systolic murmur audible all over praecordia-best heard at base and well heard behind in both interscapular regions-femoral pulsation very weak.
Di8cus8ion.-Dr. WILFRID SHELDON said that in this case the diagnosis turned largely on the question of pulsation in the arteries of the lower limbs. In the normal child the femoral pulsation was a very definite affair and easy to palpate, but in this case. although femoral pulsation could be made out, it was very faint and much less than normal. Although this child showed no traces of a collateral circulation, there were other suggestive signs, e.g., the systolic bruit was loudest actually off the precordia, just above the inner end of the right clavicle, where also there was a thrill; and aortic pulsation in the episternal notch was easily felt. Was there in this case any difference between the bloodpressure in the arms and that in the legs, since in cases of coarctation of the aorta the pressure was higher in the upper extremities. The suggested diagnosis of aortic coarctation fitted the case better than any other.
Professor FINDLAY, in reply, said that he had thought of the question of blood-pressure. He had frequently tried to ascertain the blood-pressure in the legs of normal children, but without success. He had not appreciated a thrill in this case.
Large Umbilical Hernia in an Infant.-CECIL P. G. WAKELEY, F.R.C.S. Joyce M., aged 14 months, is the youngest child of a family of fourteen. All the other children are alive and well. The mother had a normal labour, and the child was breast-fed until she was 10 months old.
The umbilical hernia was first noticed when she was one month old; it was controlled for some time with a flannel binder and a penny, but has been gradually increasing in size, and seems to be causing a certain amount of pain to the infant, who first came under observation a month ago.
